SUMMARY A genetic linkage study between benign hereditary chorea and the locus D4SI0 using the DNA probe G8 has shown two recombinations in five small families. There were negative lod scores at recombination fractions that show conclusive evidence of linkage in 16 larger British Huntington's disease families. We suggest that although benign hereditary chorea and Huntington's disease may have some clinical similarities they are probably at two different loci.
Benign hereditary chorea is a rare disorder. It was first described in 19671 2 and is characterised by the onset of non-progressive chorea in childhood. There is an absence of mental deterioration, although in one family recently reported the affected subjects had a lower IQ than their unaffected family members.3 The pattern of inheritance is thought to be autosomal dominant; male to male transmission is known to occur,4 5 and in reviewing the families reported up to 1975, Harper6 suggested that there is nearly complete penetrance in males but approximately 75% penetrance in females.
Huntington's disease (HD) is the major autosomal dominant choreiform disorder. It is distinguished from benign hereditary chorea because the onset is usually in adult life, the choreiform movements are progressive, and there is associated personality change and progressive intellectual impairment. The locus for HD has been mapped to the short arm of chromosome 4 using a DNA probe G8,7-"' whose locus has been defined as D4S10.11 Sixteen British HD families have been studied with the G8 probe and the results confirm tight linkage. 12 We have now conducted a similar study with five British benign hereditary chorea families to determine whether this disease locus is also linked to D4S1O.
Methods
The families were all examined clinically and four have been reported previously. Families 1 and 2 were described by Harper,6 family 4 in this series is Rcceived for publication 9 September 1986. Revised version accepted for publication 16 February 1987. the third family reported by Sleigh and Lindenbaum,P and family 5 has been described by Robinson and disorders. Close linkage between D4S1O and HD is well established: a summary of the linkage data which has been published between D4S10 and HD is given in table 3. The 95% confidence limit for the linkage between D4SJO and HD is tight (0-4 to 6-3 cM) and this is illustrated in fig 2a. It would be unreasonable to expect the small benign hereditary chorea families to yield such large lod scores, but the only positive scores observed are small and lie well outside the 95% confidence limit for HD. In contrast to the HD study. the 95% confidence limit for linkage between D4SIO and benign hereditary chorea is extremely wide (5 to 
